Cardiac involvement in Mulibrey nanism: characterization with magnetic resonance imaging.
Mulibrey nanism (MUL) is an autosomal recessive disorder that is enriched in the Finnish population. Variable degrees of pericardial and myocardial involvement can lead to heart failure and premature death. The purpose of this study was using magnetic resonance imaging (MRI) to assess structural and functional abnormalities of the MUL cardiopathy in all four cardiac chambers as well as in the pericardium. Thirty-one patients with MUL (mean age 27, range 15-50 years) and 16 controls (mean age 31, range 19-45 years) were examined with a Siemens Vision 1.5-T imager. Ten patients had undergone pericardiectomies to relieve symptoms of constrictive pericarditis. In surgery performed 0.5-25 years before MRI, the removed pericardium was found to be thickened and consisting of scarlike fibrosis. Turbo spin echo images were obtained for assessment of pericardial thickness, and breath hold left ventricular (LV) short axis and four-chamber cine images were obtained for the volumetric data. In MRI, pericardial thickness was normal (under 3.4 mm) in all patients with MUL. In the 10 pericardiectomized patients, the remnants of the pericardium were of normal thickness as well. The LV septum (p = 0.01) and posterior wall (p<0.001) were hypertrophied and end-diastolic volumes of both ventricles (p<0.05) were reduced in all patients. The LV systolic function was preserved. The volume chance during the first third of diastole (p = 0.030), the absolute peak filling rate (p = 0.047), and the time to peak rate of LV diastolic filling (p = 0.030) indicated restrictive LV diastolic filling. The right ventricular ejection fraction and contraction of both atria were reduced.